Abstract
Introduction
Neurofibromas are relati vely common lesion s of the nervous system. They may dev elop anywhere in the body, includin g cranial and peripheral ner ves.The type of impairment associated with neurofibromas depends largely on the site of the lesion . Cut aneous lesion s, especi ally in the head and neck , generally cause deformity, whereas lesion s that affect deeper system s (e.g., the auditory and ocular systems) are more likel y to cause functional impai rment.
While neurofibromas of the head and neck are not uncommon, they rare ly affect the pinna, and only a few such publi shed reports are available. The authors of most of these repo rts emphasized the disfigurement aspect of the case, 1 but Stevenson et aF also reported functional impairment in the for m of hea ring loss. They noted that neurofibroma-induced hearin g loss can be caused by obstruction of the ext ern al auditory canal or invasion of the middle and inner ear.
We present a case of neurofibroma of the pinn a in whi ch the patient 's chi ef co mplaint was otitis extern a. She also reported cosmetic deformity and hearing los s. All of her complaints respond ed to surgical treatment. Examination revealed a firm, nontender lesion behind the left pinna and a large lesion in the conchal bowl that completely occluded the external auditory meatus (figure I , A). The ear can al wa s acutely inflamed and filled with keratinous debris, findin gs that are con sistent with otiti s externa. Following aural toilet, pure-tone audiometry revealed a conductive hearing loss of 30 dB in the left ear ( figure 2, A) .
The lesion in the con cha l area was excised along with con chal and external me atal skin; the conchal cartilage and perichondrium were preserved. A split-skin graft fro m the left arm was used to cover the defect. Histologic exa mination of the specimen identified it as a neurofibroma. The lesion behind the pinna wa s not removed because it was not causing a probl em .
The patient made an uneventful recovery, and a good cosmet ic result was achieved ( figure I, B) . The conductive hearin g los s in the left ear resol ved ( figure 2, B) , and .. the patie nt remai ned free of otitis extern a at the 2-year follow-up.
Discussion
Neurofibromas are circumscribed but nonencapsulated neoplasms of the nervous system. They can arise in all peripheral nerve eleme nts, including Schwarm 's cells , neurons, fibroblasts , and perineural cells.' They may occur in isolation or as part of von Recklinghausen 's syndrome in combination with cafe au lait skin patches, Lisch's nodules, axillary freckling, and fibroma molluscum.' The disease may be inherited as an autosoma l-dominant trait with variab le penetra nce in 50% of patients , or it may occur as a resu lt of a spontaneous mutation .' Neurofibromas are usua lly benign, but some cause loca l destruction secondary to pressure effects. Mal ignant transformation has bee n reported to occur in 2 to 16% of cases .'
It has been often reported that hot and humid weather predisposes individ uals to otitis externa by causing maceration of the ear canal skin." It is also wide ly accepted that otitis externa can be caused by occl usion of the ear canal by, for example, a hearing aid or large osteoma.' The exact mec hanism of occlusion-induced otitis externa is not well defined, but it is possible that occlusion of the ear canal inhibits skin migra tion. Another possibi lity is that occl usion increases the humidity in the ear cana l and leads to
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skin macer ation and subsequent infection. However, our search of the ME DLINE database failed to produce any direct evidence to confirm either of these theories.
It has been suggested-" that subtotal resection of neurofibromas that are tender or that cause deformity or a loss of functio n is preferable to a complete excision; the latter procedure may resu lt in a loss of norm al tissue and still not prevent a recurrence. Indeed, Trevisani et al' wrote that "complete surgical excision of these lesions is virtually impo ssible, if not contraindicated ," and Crikelair and Cosman?emphasized thatamelioration rather than comp lete eradication sho uld be the therapeutic goa l. Large lesions may require reco nstruc tion and eleva tion of the pinna with der mal strips' or Marlex polypropylene mesh .I We were able to co mpletely excise the lesion in our patie nt without causing any substantial cosmetic and functio nal deficit.
